A 5-month-old Israeli Jewish male of Lithuanian and Kazakh descent with no family history of neurocutaneous or dermatological disease was referred to our outpatient pediatric dermatology clinic for evaluation of skin folds on the lower back, which had been present since birth ( Figure 1A ).
Segmental neurofibromatosis (SNF) is a rare type of neurofibromatosis (NF-1) resulting from postzygotic somatic mutations in the neurofibromin gene that leads to mosaicism. Reported manifestations of SNF include neurofibromas, freckling, or café-au-lait spots limited to a single body region or limb.
We present a 5-month-old male referred to our clinic for evaluation of congenital excessive skin folds on the back. A mildly erythematous, poorly demarcated soft plaque was noted, consisting of excessive skin folds. A cluster of light brown hyperpigmented macules was seen overlying the plaque. A punch biopsy of the plaque confirmed a diagnosis of neurofibroma. Further investigation ruled out other manifestations of NF-1.
The early onset of our patient's neurofibroma and its gross appearance with redundant skin folds are all unusual features. To our knowledge, congenital excessive skin folds found in a single tumor have not been previously described in the literature as a manifestation of SNF. Clinicians should be educated about the possibility of congenital localized skin folds in association with SNF in order to identify the disease in infancy and monitor any changes in neurofibroma pathology.
of the neurofibromatosis phenotype in these SNF patients signified a somatic mutation [2] . In 2000, Tinschert, et al confirmed that SNF was a consequence of a spontaneous post-zygotic somatic mutation in the neurofibromin tumor suppressor gene leading to a mosaic pattern of the disease [3] . Intragenic deletions in NF1 can occur early or late in fetal development, giving rise to somatic mosaicism that can manifest as highly localized neurofibromatosis (late mutation) or diffuse phenotypic findings (early mutation) difficult to differentiate clinically from germ-line NF-1 [4] . SNF has been divided into four subtypes: true segmental, localized with deep involvement, hereditary, and bilateral [5] .
SNF can present with only pigmentary changes, only neurofibromas, isolated plexiform neurofibromas, or both pigmentary changes and neurofibromas, as in our patient [6, 7] .
The frequency of neurofibromatosis type 1 (NF-1) in Israeli Jews (1.04/1000) [8] has been reported to be 2-5 times that of the prevalence in the overall population, approximately 1/3000-1/5000 [9] , though the prevalence of SNF in Israeli Jews has not been described. Moreover, the prevalence of NF-1 among Israeli Jews of Asian descent (like our patient) (0.95/1000) is 50% greater than in Jews of European or North American origin [8] . 
Conclusions
The first cases of segmental neurofibromatosis were reported in 1931 by Gammel [1] . It was postulated that the localization In summary, we report a case of SNF in a 5-month-old male manifesting in excessive skin folds limited to a large plaque on the lower back that has grown proportionally with the child. Café-au-lait spots are present on the right side of the plaque. The early onset of our patient's neurofibroma and its gross appearance with redundant skin folds are all unusual features. To our knowledge, congenital excessive skin folds
